Background {#Sec1}
==========

Ameloblastoma is a local invasive tumor which originates from remnants of the dental lamina and odontogenic epithelium and it accounts for only 1 % of all oral tumors \[[@CR1], [@CR2]\]. Based on the World Health Organization (WHO) classification of head and neck tumours, there are four forms of ameloblastomas: multicystic, peripheral, desmoplastic and unicystic ameloblastomas \[[@CR3]\].

Unicystic ameloblastoma (UA) as a distinct entity was first described by Robinson and Martinez in 1977 \[[@CR4]\]. UA refers to those cystic lesions with clinical, radiographic, or gross features of a jaw cyst, with which they are usually differentially diagnosed, but on histological examination the UA shows a typical ameloblastomatous epithelium lining part of the cyst cavity, with or without luminal and/or mural tumor growth \[[@CR5]\]. UA accounts for about 6 % of ameloblastomas, and 50 % of cases occur in the second decade of life, more often in mandible than in maxilla \[[@CR6]\]. The response of UA to enucleation or curettage is more favorable than the solid or multicystic ameloblastomas \[[@CR5]\].

The purpose of this article is to present a rare case report of UA in atypical location into the right anterior and premolar maxillary region together with two impacted teeth.

Case presentation {#Sec2}
=================

A 16-year-old Kosovar male, of Albanian ethnicity referred to our department with the chief complaint of painless swelling on the right cheek. The patient described painless swelling 3 months before visit as the initial observation, but has shown the enlargement in the last few weeks. Medical history data of the patient revealed no systemic disease or other health problems.

Facial asymmetry was present on the right side on clinical extraoral examination.

The skin overlying the swelling was normal. The extraoral swelling was well circumscribed, painless and approximately 5 × 5 cm in size. The consistency was hard and without fluctuation.

Intraoral examination revealed a painless swelling in the right maxillary vestibule extending from the maxillary right central incisor to the maxillary right first molar. The intraoral swelling was firm, non tender, covered with normal mucous membrane.

Egg shell cracking was present buccally but not palatally (Fig. [1](#Fig1){ref-type="fig"}). Aspiration revealed thick juicy yellow liquid and cholesterol crystals were visible. Panoramic radiograph revealed a unilocular radiolucent lesion extending from the maxillary right central incisor to the maxillary right first molar, in contact with the roots of the teeth present inferiorly, and to the maxillary sinus superiorly. Maxillary right canine tooth was displaced posteriorly most probably by the cystic pressure and the unerupted lateral incisor was present inside the radiolucency (Fig. [2](#Fig2){ref-type="fig"}). The vitality of teeth 11, 14, 15, with roots in close relation to the lesion was positive.Fig. 1The egg shell cracking present in the right maxillary vestibulum arising from central incisor 11 and distally to the first molar tooth of the same site Fig. 2Panoramic radiograph showing large lesion (*white arrow*) in right maxilla associated with impaction of lateral incisor (*black arrow*) and canine tooth (*arrowhead*) of same site

Preoperative diagnosis of the lesion was made as dentigerous cyst based on the age of the patient, location of the swelling, impacted right canine and unerupted lateral incisor located inside the lesion, aspirated thick juicy yellow liquid and visible cholesterol crystals, but the UA was also taken into consideration. The surgical operation including total enucleation of the cystic lesion together with impacted tooth was made (Figs. [3](#Fig3){ref-type="fig"}, [4](#Fig4){ref-type="fig"}). After removing the lesion along with the impacted lateral incisor tooth and after measuring it, the lesion was approximately 4 cm in length (Fig. [4](#Fig4){ref-type="fig"}). The wound was tamponated with gauge which was removed periodically for 3 days from the postoperative second day. The specimen was sent for pathological examination.Fig. 3The enucleated lesion measured dimension with lateral incisor inside the lesion Fig. 4The enucleated lesion measured dimension with lateral incisor inside the lesion

The pathological examination revealed UA, mural form. Infiltrating islands of atypical basaloid cells with peripheral palisading were present. Separation artifact of peritumoral stroma was evident (Fig. [5](#Fig5){ref-type="fig"}).Fig. 5Infiltrating islands of atypical basaloid cells with peripheral palisading. Separation artifact of peritumoral stroma is evident. Microscopic picture showing ameloblastic epithelium in the*right-hand side* of the picture, in contrast to gingival squamous epithelium to the left (Hematoxylin and Eosin ×10 magnification)

The nature of the tumor was explained to the patient and we advised the patient to regard regular follow-up visits. There were no signs of recurrence since 2 years after the operation.

Discussion {#Sec3}
==========

UA is a rare type of ameloblastoma, accounts for about 6 % of all ameloblastomas. It affects mandible more often than maxilla and in about 50 % of the cases occur in the second decade of life \[[@CR7]\]. It is presented more commonly in the mandible than in the maxilla in the ratio of 13:1. The tumor is observed in mandibular-ramus region, while posterior region of maxilla is considered to be rare and atypical \[[@CR6]\].

The lesion is usually found in association with the crowns of mandibular third molar teeth, but can be seen also in interradicular, periapical and edentulous regions as well \[[@CR8]\]. In our case it is associated with the maxillary lateral incisor tooth. It is presented as a painless swelling, facial asymmetry, tooth impaction, tooth displacement, mobility, or tooth resorption. On radiographic imaging the unilocular lesion with well defined sclerotic borders is seen \[[@CR9]\]. The differential diagnosis of UA should include keratocystic odontogenic tumor, residual cyst, central fibroma, central giant cell granuloma and dysplastic fibrosis \[[@CR1]\].

Ackermann et al. (1988) \[[@CR9]\] and Robinson and Martinez (1977) \[[@CR4]\] argued that as the epithelium of odontogenic cysts and ameloblastomas have a common ancestry, a transition from a nonneoplastic cyst to a neoplastic one could be possible, even though it occurs infrequently.

Radiographically there are 2 main patterns: Unilocular and multilocular \[[@CR10], [@CR11]\].

Based on histological examination, to diagnose a lesion as unicystic ameloblastoma, the minimum criteria is the demonstration of presence of a single cystic sac lined by odontogenic ameloblastomatous epithelium which is seen only in focal areas \[[@CR12]\].

There are different classifications of unicystic ameloblastoma. Based on the clinicopathologic study of 57 cases of unicystic ameloblastoma, Ackerman's classification into three histologic groups is as follows:I.Luminal UA (tumor confined to the luminal surface of the cyst);II.Intraluminal/plexiform UA (nodular proliferation into lumen without infiltration of tumor cells into connective tissue wall); andIII.Mural UA (invasive islands of ameloblastomatous epithelium in the connective tissue wall not involving the entire epithelium) \[[@CR9]\].

According to this classification, our case study belongs to Group III.

There is another grouping by Philipsen and Reichart \[[@CR13]\] which describes the forms of UA as follows:

Subgroup 1. Luminal UA;

Subgroup 1.2. Luminal and intraluminal;

Subgroup 1.2.3. Luminal, intraluminal and intramural; and

Subgroup 1.3. Luminal and intramural.

UA is considered to be a less aggressive form of ameloblastomas that can be successfully removed by simple enucleation or other less aggressive surgery \[[@CR14]\].

The use of Carnoy's solution to decrease the risk of recurrence after conservative surgical treatment of UA's was initially suggested by Stoelinga and Bronkhorst in 1988 \[[@CR15]\]. Also it is advocated that vigorous curettage of the bone should be avoided because it may implant foci of ameloblastoma more deeply in bone \[[@CR16]\]. The recurrence rate for UA's after conservative surgical treatment (curettage or enucleation) is generally reported 10--20 % \[[@CR17]\] and on average, \<25 % \[[@CR18]\]. This is considerably less than 50--90 % recurrence rates which are noted after the conventional curettage of solid or multicystic ameloblastomas \[[@CR17], [@CR19]\]. Lau and Samman \[[@CR20]\] reported recurrence rates of 3.6 % for resection, 30.5 % for enucleation alone, 16 % for enucleation followed by Carnoy's solution application, and 18 % by marsupialisation followed by enucleation, where the lesion is reduced in size.

Conclusions {#Sec4}
===========

Every unilocular radiolucency of the jaw should be closely monitored and examined since UA shares significant clinical and radiographic similarities with odontogenic cysts and tumors. Neither the incisional biopsy may be able to reflect the true nature of the lesion nor the aspirational cytology. Long-term follow-up is mandatory because of the recurrence risk of unicystic ameloblastoma, which may occur after a long time.
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